Case I.-Father, aged 47. No illnesses beyond scarlet fever and measles in early childhood; general health good, apart from " bilious attacks" about once a month. He has had the nodules and pigmentation as long as he can remember; he does not know which appeared first. Nodules have become more numerous since a severe attack of pneumonia thirteen years ago. Both parents alive; father, aged 72, shows numerous small nevi and moles on the trunk; mother, aged 73, has some naevi on the trunk and a large area of pigmentation in the lumbo-sacral region; both show slight yellowish tinge of skin. Present state: Trunk thickly set with molluscous tumours, mostly sessile, in all stages of development. A few lesions on face and limbs.
left upper arm. Neevoid growth of right half of upper lip, displacing upwards the ala nasi; the skin over it has a bluish tinge and is covered with fine hairs. Corresponding alveolus has a prominent bony ridge; small nodule in left frontal region at margin of hairy scalp Diphtheria, November and December, 1910;  mother thinks that the patches have become more numerous since the Case III.-Daughter, aged 5. Areas of pigmentation. beginning of the attack. Blood-count normal; eosinophiles, 2-5 per cent. The other two children, a boy aged 14 and a boy aged 10, show slight yellowish tinge. of skin, but no molluscum or pigmentation. The eldest boy ha.s one small mole on the chest and another on the left buttock.
Microscopical examination of one of the father's tumours and of the eldest daughter's blue spots shows presence of fibrous tissue, but no nerve-fibres.
DISCUSSION.
Dr. J. D. ROLLESTON said that they had adopted the term " dermo-fibroniatosis," first used by Professor Chauffard 1 in preference to neuro-fibromatosis for three reasons: (1) The nodules in the father appeared to be independent of the cutaneous nerves; (2) there were no apparent enlargements of the deeper nerves; (3) histological examination of nodules removed from the father and the eldest girl showed an absence of nerve-fibres. The condition exemplified by this family, however, was undoubtedly related to von Recklinghausen's disease, of which it might be regarded as an incomplete form or formne frutste. The eldest daughter presented a good example of the disease evolving in different stages, the pigmentation having preceded the blue spots--i.e., the young molluscous tumours. In the case of the younger child no molluscum had yet appeared, but in all probability it would do so later. Of special interest was the relation of the condition to infectious diseases. The father stated that, after an attack of pneumonia thirteen years ago, the nodules became more numerous, and during the time that his childr'en were in hospital with diphtheria the blue spots of the elder girl and the pigment patches of the younger child increased in number and size. It is not improbable that the approach of puberty, superadded to the acute infection, would cause a further development of the-lesions in the elder girl. Another noteworthy feature was the familial occurrence of so-called "bilious attacks." Gastric disturbance had been recorded in several cases of von Recklinghausen's disease, in some cases of which neuro-fibromata have been found in the wall of the stomach and intestines.2 It was an interesting fact that familial vomiting occurred in a peculiar case of pigmentation published by Dr. Parkes Weber, which he regarded as an incomplete form of von Recklinghausen's disease.' In view of the fact that an attempt had been made to associate von Recklinghausen's disease with tuberculosis,4 it should be stated that no evidence of tuberculosis could be found in any member of the family. In the two children von Pirquet's reaction was negative. The doctrine of pluri-glandular insufficiency' was also inapplicable here, for none of the patients showed any physical or mental signs of disease of the glands of internal secretion. Lastly, it should be noted that the eosinophiles were normal in amount, though in some cases of von Recklinghausen's disease they had been as high as 15 per cent.6
Dr. JAMES GALLOWAY said that there were two points of interest drawn attention to by Dr The first was the coexistence of pigmentary lesions of the skin in such cases along with the fibrous tumours. Cases of this character had been frequently presented to the Society recently, more fully developed than the two younger of the present cases, so that the impression naturally gathered was that the occurrence of the fibrous tumours formed the principal feature in the disease.
It was clear, however, that the disease must be regarded as a serious defect in the development of many of the mesoblastic structures of the skin, and that other lesions besides the fibrous tumours must be expected to exist. The pigmentation, therefore, should be regarded as evidence of the disease just as much as the fibromatosis itself. The second point was the character of the tumour of the upper lip of the elder girl. It must be admitted that an exact diagnosis was difficult; the tumour might be a so-called "neuro-fibroma." On the other hand its texture, the bluish flush over it, suggested the possibility of an angioma. In the case of its being a fibroma, it might possibly be removed with advantage. If, on the other hand, it proved to be angiomatous, it would be difficult to deal with it satisfactorily. He bad seen one attempt to treat such a case by means of interstitial injections of carbolic acid, but the result was disastrous. In another an attempt had been made to excise the tissue; the result in the latter case had been a little more satisfactory. He did not think that the removal of an angiomatous tumour in this position should be undertaken unless it were a matter of necessity.
Dr. H. D. ROLLESTON referred to a case of von Recklinghausen's disease, published by him in 1899,1 which presented the three cardinal signs-namely, cutaneous tumours of the nature of molluscum fibrosum, subcutaneous fibrous tumours on the nerves in which nerve-fibres could be found, and areas of pigmentation of the skin. In that case death was due to a sarcoma developing in a fibroneuroma of the brachial plexus. A son of this patient had areas of cutaneous pigmentation, but no tumours. He considered that the father shown before the Section this evening was a characteristic case of von Recklinghausen's disease. The skin over the fibroneuromata showed, as Professor Osler had pointed out, atrophy of the overlying skin. The growth of the upper lip of the eldest girl was probably a plexiform neuroma. He considered that von Recklinghausen's disease was a developmental defect of the mesoblast at its junction with the epiblast, a view put forward by the late Dr. J. F. Payne in 1887.2 Other developmental diseases of the mesoblast at deeper layers were multiple chondromata and probably myositis ossificans progressiva.
Dr. F. PARKES WEBER said he thought one of the most interesting points in this family was the question of the condition of the upper lip in the elder daughter. There was a hard, irregular, knotty cord to be felt from the inside of the lip in the uppar part of the swelling, and he felt convinced it was connected with a nerve-trunk and was a kind of plexiform neuroma; it could scarcely be anything else. In the elder daughter there were therefore present all the three chief component elements of Recklinghausen's disease. There were (1) the superficial molluscous tumours, in which nerve-fibres imiight or might not be demonstrable; (2) patches of cutaneous pigmentation, like dirty circular or oval, not very dark, blotches on various parts of the body; and (3) there was a kind of plexiform neuroma. In sonie cases of Recklinghausen's disease there were very few molluscous tumours, and what there were seemed small and atrophied and transformed into soft material; they felt like minute flaccid sponges in the skin. He thought that one of the tumours on the right arm of the father was translucent, felt like a cyst, and was gradually undergoing a transformation in the direction of atrophy. He had noticed how very common it was in the routine examination of ordinary persons to find one or two faint circular or oval patches of cutaneous pigmentation, which might be called superficial pigment-naevi, and were exactly similar to those met with in patients with Recklinghausen's disease. Indeed, if Recklinghausen's disease could be split up into its component elements, perhaps almost half the people of the world would be found to be "incomplete cases" that is to say, to have some manifestation of it, in the form of one or two faint circular or oval patches of dirty-looking (or "cafe au lait ") cutaneous pigmentation on some part of their trunk or in the form of one or two soft superficial (molluscous) fibromata.
Dr. F. J. POYNTON pointed out the entire absence of painful symptomils in these particular cases, and he asked whether such patients were likely to develop, later, painful neuro-fibromata. Perhaps the worst case of suffering he had ever seen was in a case of Recklinghausen's disease, where there was a mass in the abdomen which caused excruciating pain. This was thought to be a malignant growth of the pancreas, but laparotomy showed an enormous plexiform neuroma.
Dr. G. A. SUTHERLAND said the chief difference of opinion seemed to centre around the condition in the upper lip of the elder daughter. He agreed with those who regarded that swelling as a part of the neuro-fibromatosis. Similar masses were also often found in connexion with the eyes; he had seen several cases of enormous soft swellings in the upper eyelid. Another point in stupport of the view he had mentioned was the thickening along the upper jaw. As in the present cases, the regions supplied by the fifth nerve were specially liable to these areas of hypertrophied tissue. Therefore he agreed that probably it was not a separate tumour of any sort, but a part of the general condition. He agreed with Dr. Galloway that the results of surgical treatment had not been encouraging.
Mr. CARLESS said that he recently had the opportunity of operating oln a case of plexiform neuroma of the chest wall in a girl aged 16. Casual examination suggested at first that it was a tuberculous abscess connected with a rib, but she also had tumours connected with the nerves scattered over the body, of which he took out a number for microscopical examination; some of them contained nerve-fibres. There was very little pain in most of theIm, at SAGE Publications on June 21, 2016 jrs.sagepub.com Downloaded from but a few were definitely painful on pressure. She also had a certain small number of tiny molluscous tumours, and some pigmentation. On cutting down,. the swelling in the side was found not to be an abscess but a plexiform neuroma, and there was no difficulty in dissecting it out, except for one small portion which burrowed down between the ribs along the branch of the lateral cutaneous nerve. In the case which was shown that evening he would not hesitate to operate on the face, and if the diagnosis of plexiform neuroma were correct he did not doubt there would be a satisfactory result from operation.
Dr. J. D. ROLLESTON, in reply, said he had been much interested by the observations, especially the important matter of dealing with the growth on the upper lip of the daughter. He used the non-committal term " nevoid growth " because he was not certain as to its nature. He told Dr. Parkes Weber that *the opinion of himself and his colleague was that it had a feeling like that of a bag of worms, and at that time he (Dr. Rolleston) did not know that was a characteristic of plexiform neuroma. Comparing the feeling of the swelling afterwards with that on the lip, it was his opinion that there was no difference. In favour of its being vascular it was considered that the fact that the alveolus had a prominent bony ridge and there was a hairy growth on the upper lip was important. They had an open mind about it, but were pleased to know that plexiform neuroma was the idea of the majority. With regard to pain, the prognosis in all cases of Recklinghausen's disease in the complete or incomplete form should be guarded, because of the possibility of the tumours taking on malignant growth and thereby causing much pain by pressure on nerves.
Symmetrical Gangrene of both Legs, Fingers of both
Hands, and Nose.
By C. C. CHOYCE, F.R.C.S. THE patient, a marine coal-trimmer, aged 25, is a coloured native of Grenada, and has never before left the West Indies. He has never had any previous illness except gonorrhoea. No evidence can be obtained of past syphilis, Raynaud's phenomenon, or renal disease. Whilst in the Channel, on his first sea voyage, on a day that was not unusually cold, he suddenly noticed on coming on deck that his fingers and feet became very cold. He lost sensation in them, and then power of movement, and noticed that holding them before the fire. did not restore warmth and sensation. During that night his right foot was painful and became swollen, but he was able to do some of his work during the next day. During the next night his left foot also became swollen and painful;
